Erythema and oedema dominate the clinical appearance of dermatomyositis. Nevertheless, urticated lesions are relatively rare. We report a case in which these were a major feature.
In 1948 a 23-year-old civil servant presented with erythema, telangiectasia and oedema associated with myositis and longstanding Raynaud's phenomenon. Dr G B Dowling made the diagnosis of dermatomyositis and she was treated with a high-protein diet and vitamin supplementation. But for persistent telangiectasia, a complete recovery occurred over the course of a year.
After nearly a decade of good health, the patient, now married and aged 33, again developed dermatomyositis characterized by erythema and oedema of the face, streaking erythema of the backs of the hands and proximal muscle weakness. On the right thigh there was a large plaque of bluish, scaly poikilodermatomyositis. Remission again followed rest, highprotein diet and vitamins.
In June 1981, after another prolonged period of good health, the patient presented with progressive weakness of thighs, abdominal muscles, shoulders and arms and an eruption on the light-exposed areas. On the face the efflorescence was erythematous and oedematous and there was erythema of the arms. On the nape of the neck there was an indurated erythematous scaly plaque which, histopathologically, showed features of dermatomyositis with foci of focal liquefaction degeneration of the basal cell layer of the epidermis and associated papillary oedema.
Sedimentation rate, muscle enzymes and electromyography all supported the diagnosis of dermatomyositis. There was no evidence of underlying malignancy.
However, four weeks after presentation, and before treatment had begun, she developed erythematous urticated lesions on the thighs (Figure 1 showed a pronounced papillary oedema. The alcian blue stain was negative. These urticated lesions persisted for four days and resolved as soon as prednisolone and azathioprine were administered.
Discussion
As well as the rare occurrence of urticated lesions, this singular case of dermatomyositis is distinguished by its unpredictable course. Progressive hemifacial atrophy (Parry-Romberg syndrome) is a very rare disorder characterized by a slowly progressive unilateral atrophy of the face affecting variably the skin, subcutaneous fatty tissue, muscle, connective tissue and bone (Rogers 1963) . We present a 13-year-old boy in whom progressive hemifacial atrophy was accompanied by wasting of the ipsilateral arm and leg, and scleroderma.
Case report
The patient, a 13-year-old Caucasian boy, is the youngest of eleven children of unrelated parents; his birth followed a normal full-term pregnancy and normal delivery. There was no history of birth trauma. The family history was unremarkable.
He was admitted to hospital at the age of one year following full-thickness scalds caused by hot water; these involved the dorsum of the left shoulder and scapula region extending to the axilla, for which skin grafting was required. However, at 7 years there was persistence of a raised, red, hypertrophic scar behind the left shoulder. This was treated by a single injection of triamcinolone into the scar. At the age of 8 years hair loss was noted over the left side of the scalp, and this was followed a few months later by the appearance of a linear area of scleroderma in the left parietal area extending forwards on to the forehead. At 9 years atrophy of the left side of the face was first noticed, as was an area of scleroderma on the left anterior chest wall. Earlier photographs confirm the prior absence of facial atrophy. At the age of 12 he was noted to be limping and to have wasting and slight shortening of the left arm and the leg; he had complained of cramp in the left leg for three years. During the last four years the facial appearance has progressively worsened ( Figure 1 ). There is no history of headaches, facial pain, or convulsions.
Extensive haematological and biochemical investigations at the age of 13 years revealed normal values. An autoantibody profile was negative. Chromosomes (with banding) were normal. X-rays showed asymmetry of the skull vault which was hypoplastic on the left side. The ramus of the left mandible was thinner, the left femur 0.25 cm shorter and the left tibia 1.5cm shorter and more slender. The bones of the hand and foot were marginally smaller on the left. An electroencephalogram and computerized axial tomogram were normal. Electromyography showed normal motor and sensory nerve conduction velocities, with distal velocities similar on both sides and normal latencies in the facial nerve on the left. Skin biopsy from the left parietal and the left pectoral area showed the histological changes of scleroderma.
Discussion
In some cases of progressive hemifacial atrophy (including the present one) the atrophic process extends beyond the face, usually to the ipsilateral parts of the body. Contralateral atrophy occurs rarely, and exceptionally the disease is bilateral (Rogers 1963 
